SUMMARY Two dominantly inherited macular dystrophies demonstrate the difficulty in establishing a diagnosis based on the fundus appearance. In 1 family the propositus presented with unilateral retinal haemorrhage associated with subretinal choroidal neovascularisation which remained unilateral over an 8-year period. In the other family the propositus presented with bilateral central choroidal atrophy. All affected family members had an abnormal electro-oculogram and a normal electroretinogram, suggesting the diagnosis of vitelliform macular dystrophy. Since vitelliform macular dystrophy has a wide range of expressivity, with polymorphous appearances of the fundus, the diagnosis is best made by the presence of a dominant mode of inheritance and an abnormal electro-oculogram. 
Ld Fig. 2 Case 1, right eye. At the initial examination a greenish grey membrane is present just temporal to the fovea surrounded by pigment and haemorrhage (Fig. 2a) . Fluorescein angiography shows a subretinal neovascular network adjacent to the fovea (Fig. 2b) . Examination 8 years later shows replacement of the neovascular network by a gliotic mound (Fig. 2c ), and the angiogram shows staining of the glial tissue and surrounding transmission hyperfluorescence (Fig. (Fig. 3a) , which hyperfluoresee on fluorescein angiography (Fig. 3b) . This picture has remained unchanged over an 8-year period (Fig. 9d ) 8-year follow-up examination shows a mild loss of the This 9-year-old daughter of Case 4 was asympto-choriocapillaris in the areas of choroidal atrophy (Fig. 8a) matic with a vision of 6/15 (20/50) OD and 6/6 with staining and transmitted hvperfluorescence in the ,2020 Olate stages (Fig. 8b) (Fig. 7c ) and in the left eye temporal to the macula (Fig. 7d) (closed arrows) . At the most recent examination the detachments have flattened in each eye (Fig. 7e) . In the left eye (Fig. 7f) 
Comment
The propositus in this family with an autosomal dominant macular dystrophy presented with bilateral visual loss (6/60) associated with choroidal atrophy in the macula of each eye typical of central areolar choroidal dystrophy.
The 4 affected children all had bilateral symmetrical macular changes which differed from those of their father. The fundus appearance consisted of clear cysts filled with yellowish white material, gliosis, or mild pigmentary loss. All children were asymptomatic, with vision in the better eye of 6'6 (20/20).
The electro-oculogram was abnormal and the electroretinogram was normal in all family members who were affected.
The progression of fundus lesions in the propositus suggests the following sequence of events: first, there occurs a clear detachment of the pigment epithelium, which contains material that does not permit fluorescence of dye (resulting in hypofluorescence); these detachments flatten, resulting in atrophy of the pigment epithelium and the choriocapillaris. This is an active process, as evidence by the appearance of new pigment epithelial detachments in each eye of this 65-year-old man.
Discussion
The association of an autosomal dominant macular dystrophy with an abnormal electro-oculogram and a normal electroretinogram strongly suggests a diagnosis of vitelliform macular dystrophy. Vitelliform macular dystrophy need not always show the intact or ruptured cyst stage thought to be characteristic of this disease. Pigment atrophy, drusen, subretinal haemorrhages (Braley, 1966; Benson et al., 1975) , choroidal neovascularisation (Miller et al., 1976) , gliosis, and choroidal atrophy (Deutman, 1971 ) may all be seen.
Similarly, vitelliform dystrophy may be unilateral (Francois et al., 1967; Deutman, 1969) or so asymmetrical as to appear unilateral, so that a diagnosis of an inherited macular dystrophy is not considered. When the unilateral fundus presentation is atypical, as in Case 1, the diagnosis may be extremely difficult to make.
The differential diagnosis of unilateral subretinal neovascularisation in children includes the presumed ocular histoplasmosis syndrome, inflammations, trauma, and an idiopathic variety (Braunstein et al., 1974; Cleasby, 1976) . Hereditary ocular diseases, which may show unilateral subretinal neovascularisation, are angioid streaks (Gass, 1977, p. 78) , dominant drusen of Bruch's membrane, optic nerve drusen (Friedman et al., 1977) , and myopia (Beyrer, 1977) . Pseudoinflammatory macular dystrophy exhibits subretinal neovascularisation as the earliest finding, but the onset is usually in the 4th decade with bilateral symmetrical macular involvement (Sorsby et al., 1949; Carr et al., in press). A dominantly inherited macular dystrophy associated with aminoaciduria has been described in one family (Lefler et al., 1971) , and a few family members have had subretinal fibrosis suggesting previous subretinal neovascularisation.
Although uncommon, bilateral symmetrical choroidal atrophy of the macula has been seen in individuals with vitelliform macular dystrophy (Deutman, 1971) . The fundus and angiographic appearance may be identical to that seen in central areolar choroidal dystrophy. Since both these hereditary macular dystrophies are inherited in an autosomal dominant manner (Sandvig, 1955; Carr, 1965) , the differential is best made by the abnormal electro-oculogram in vitelliform macular dystrophy. The differential diagnosis of bilateral central choroidal atrophy has been previously discussed (Noble, 1977) and includes Stargardt's disease (Irvine and Wergeland, 1972) , dominant progressive cone dystrophy (Krill and Deutman, 1972) , acquired macular degenerations (geographic atrophy of the retinal pigment epithelium) (Blair, 1975) , geographic (Schatz et al., 1974) , serpiginous (Gass, 1977, p. 112) choroidopathy, and chorioretinal inflammations (macular 'coloboma').
In view of the polymorphous fundus appearance in vitelliform macular dystrophy the electro-oculogram is of prime importance in establishing the diagnosis, since it is abnormal in all affected family members (Deutman, 1959; Cross and Bard, 1974 
